Hereditary methaemoglobinaemia is a very rare condition. It is either due to Haemoglobin-M disease or Cytochrome-b-5-reductase deficiency (1) .
A 10 year old boy presented with bluish discolouration of lips, oral mucous membrane, palms, soles and nails noticed since first month after birth. There was no symptom. He is the 2nd of 3 siblings, with no consanguinity among parents. None in the family had similar disease. He was born at full term at home with an uneventful neonatal period and a normal growth and development. Examination revealed a central cyanosis without any clubbing and a mild pallor. Pulse respiration and blood pressure were normal. Clinically heart and lungs were normal. Other system examination showed no abnormality.
The venous blood of the child showed a chocolate brown colour which did not change to red on shaking in air for 15 minutes. Haemoglobin was 10.7 gm%, reticulocyte count 13% with a normal total and differential count of leucocytes. Chest Xray, E.C.G. and echocardiography (including colour doppler) failed to detect any abnormality.
Estimated methaemoglobin on admission was 24% (i.e. 2.57 gm%), Haemoglobin electrophoresis on cellulose acetate membrane at alkaline pH did not show any abnormal band. For detection of HbM a haemolysate of patient's blood (b in figure 1 ) had been subjected to cellulose acetate membrane electrophoresis at alkaline pH and compared with haemolysate of control blood (HbA-a in figure 1 ) and prepared methaemoglobin solution (HiA-c in figure 1) . No difference in the electrophoretic mobility was observed between the control and the patient, but HiA moved more cathodally. This con-cludes no HbM was present in patient's blood (2) . Absorption spectra of haemoglobin solution ( figure  2) showed two large peaks at 400 nm and 540 nm like other haemoglobin but another small peak around 630nm at neutral pH (7.1) suggested methaemoglobin possibly due to enzyme deficiency and this characteristically differs from Hb-M (2). Methaemoglobin is formed continuously within the RBCS and simultaneously reduced to haemoglobin -about 95% by cytochrome-b5-reductase and 5% by flavin reductase (3) . When methaemoglobin level is 15% of total Hb there is central cyanosis. When it approaches 30%, symptoms relating to tissue hypoxia usually start. The tissue hypoxia is due to inability of methaemoglobin to carry oxygen and also lowered ability to release oxygen to tissue (3, 4) . The present case with methaemoglobin level of 24% was asymptomatic. The mild anaemia (Hb-10.7 gm%) might be nutritional and can not be explained by methaemoglobinaemia.
The child was treated with ascorbic acid with which the cyanosis gradually subsided and ultimately disappeared within one month. The condition can also be treated with methylene blue or riboflavin which stimulate NADPH flavin reductase system where-as ascorbic acid directly reduces methaemoglobin (3). I.V. m~thylene blue acts more promptly (5), but was not a Jailable. The elimination of clinical cyanosis by ascorbic acid confirms the diagnosis of hereditary methaemoglobinaemia due to cytochrome-b5-reductase deficiency, as it remains unchanged in HbM disease.
However we decided not to put the child on prolonged therapy with ascorbic acid and to keep on close follow up because no treatment of methaemoglobinaemia is necessary when there is only cyanosis and no other symptom (1) .
